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Various forms of peripheral neuropathy have been reported in primary and secondary Sjogren's syndrome (SS),1-1o with prevalence ranging from 10% to 50%.l 411-13 A major problem in the assessment of the prevalence and of the spectrum of peripheral neuropathy in Sj6gren's syndrome is represented by the lack of universally accepted criteria for the diagnosis of Sjogren's syndrome.'4 Also, some studies investigated the prevalence of peripheral neuropathy on the basis of minimal neurophysiological alterations, without elucidating the range of clinically manifest peripheral neuropathy. 12 Finally, adequate separation between primary and secondary forms has not been made in some studies,3 8 11 raising the possibility that peripheral neuropathy was caused by the accompanying disease rather than by Sj6gren's syndrome. Therefore, the vasculitic pathogenesis advanced by some authors38 has to be critically evaluated in the light of the criteria for patients' selection. The aim of the present study was to assess the prevalence of clinically significant peripheral neuropathy and its range in a series of patients with well characterised primary Sjogren's syndrome, and to evaluate factors possibly related to its occurrence.
Patients and methods Forty six consecutive patients (43 women, three men) with primary Sj6gren's syndrome were evaluated for symptoms and signs of peripheral neuropathy, and submitted to neurophysiological investigation according to previously reported methods'5 when clinical examination suggested peripheral neuropathy.
The diagnosis was made according to the Copenhagen criteria'4 with minor modifications, when at least two out of four criteria were met for both xerophthalmia ( (2) Sensory neuronopathy is a highly distinctive entity probably related to lymphocytic infiltration in the dorsal roots and ganglia.6918 In our two patients, as in most previously reported cases,69101920 it was the presenting manifestation of Sj6gren's syndrome, and was associated with especially intense infiltration on lip biopsy, and presence of perivascular inflammatory cells, but not necrotising vasculitis, in sural nerve biopsies.
(3) Distal symmetric polyneuropathy includes patients with distal sensory, sensorimotor, and autonomic polyneuropathies, assuming that these forms represent the ends of a continuum rather than distinct entities. In none of our patients did the sural nerve biopsy show necrotising vasculitis of the epineurial arterioles, whereas alterations of the endoneurial small vessels were often seen. Mellgren et all8 suggested that symmetric polyneuropathy in Sj6gren's syndrome could be related to necrotising vasculitis, but in some of their patients there were associated pathogenic factors not directly related to Sj6gren's syndrome, such as systemic vasculitis, cutaneous vasculitis and cryoglobulinaemia, and association of myeloma and lymphoma. Indeed, they found evidence of necrotising vasculitis in only two of 11 nerve biopsies, whereas in the other patients there were non-diagnostic aspects of perivascular inflammation. We and others9 found similar aspects in patients with sensory neuronopathy in whom nerve fibre degeneration was likely caused by damage to the dorsal root ganglia rather than by peripheral nerve ischaemia. In our study, patients of this group developed Sjogren's syndrome at a significantly older age than patients without neuropathy. Aging seems to be a critical factor for polyneuropathy in Sj6gren's syndrome, possibly favouring microangiopathic changes in the endoneurial vessels.
